Angiomyolipoma presenting with severe anaemia is a rare entity. Urgent operative intervention is warranted in such patients especially if the tumour is "Giant" i.e. greater than 10 cm and involves the whole kidney. We chronicle the case of a 35-year-old lady who presented with a rapidly enlarging renal lump in the left loin associated with severe anaemia. MRI was highly suggestive of angiomyolipoma. She underwent nephrectomy in view of continuous intratumoral haemorrhage. The tumour measured 18 × 13 × 8 cm and weighed approximately 1.6 kilograms after removing blood and blood clots. The histopathology was suggestive of angiomyolipoma. Angioembolization may be considered for tumours involving a portion of the kidney, as a part of the nephron sparing approach.
Introduction
An angiomyolipoma measuring more than 10 cm in size is considered as "Giant" and is unusual. We report one such case which appears to be one of the largest reported so far as per a literature search, weighing approximately 1.6 kilograms and measuring 18 × 13 × 8 cm, and presented as a painful abdominal lump with severe anemia.
Case Report
A 35 year old lady presented to the outpatient department with the complaint of a rapidly enlarging, painful lump in the left flank for the last 5 days along with a recent onset feeling of weakness and lethargy. There were no urinary symptoms and no history of fever or weight loss. On examination, the patient had marked pallor with tachycardia (pulse rate of 100 beats per minute) with normal jugular venous pressure and no evidence of pedal edema. Examination of the abdomen revealed a 15 × 12 cm tender, bimanually palpable, globular lump in the left lumbar region which was moving with respiration. One could insinuate the digits of the examining hand between the costal margin and the lump. The renal angle was found to be tender and full. No other lump was palpable and there was no free fluid in the abdomen. She was found to be anaemic, with haemoglobin of 6 g/dL at presentation. After transfusion of 4 units of blood, the haemoglobin rose to 9 g/dL but again fell to 7 g/dL while she underwent further evaluation for the renal lump. Her renal function tests were within the normal range and urine routine microscopy did not show microscopic haematuria.
Ultrasonography revealed a well circumscribed, hyperechoic lesion in the left kidney with a few hypoechoic areas suggestive of haemorrhage or necrosis, replacing the upper and mid pole and displacing the hilum, suggestive of a mitotic etiology likely angiomyolipoma.
Magnetic Resonance Imaging (MRI) revealed a large altered signal intensity mass lesion (Figure 1 ) of size 18 × 13 × 8 cm with well defined margins replacing almost the whole of the left kidney. It appeared heterogeneously hyperintense on T1 and heterogeneously isointense on T2, which combined with the displacement of the hilum (signifying a mass effect), was highly suggestive of an angiomyolipoma.
The patient underwent a nephrectomy through a transperitoneal route. Per-operatively, a large 18 × 13 × 8 cm renal mass was found to be displacing the abdominopelvic structures. The renal hilum was displaced inferiorly. The specimen consisted of a soft, yellow tumour with areas of haemorrhage. The tumour weighed approximately 1.6 kilograms after removing blood and blood clots. The histopathology report of the above specimen showed a tumour of 18 × 11 × 7 cm occupying the upper, middle and part of the lower pole, with histological features of angiomyolipoma (Figure 2) . The tumour was seen compressing the capsule and was separated from it by a hematoma. The renal pelvis, ureter and vessels identified were normal. Postoperative period was uneventful and she was discharged after 7th post-operative day. She remained well during one year of follow up.
Discussion
Angiomyolipoma (AML) is a rare benign tumour of the kidney consisting of a mixture of mature adipose tissue, smooth muscle and thick-walled vessels [1]. It is found in 0.3% of all autopsies and 0.13% of the population undergoing an ultrasonographic screening. Approximately 20% -30% of all angiomyolipomata are detected in patients with tuberous sclerosis syndrome [2] . In these patients, the lesions tend to be multiple, bilateral, affecting younger individuals with a female to male ratio of 2:1 [3] .
Patients commonly present with flank pain, abdominal mass and haematuria (Lenk's triad) and on occasion, hypertension. In case of massive retroperitoneal haemorrhage, a known complication found in up to 10% of cases, they can present with hypovolemic shock (Wunderlich syndrome) [4] .
In our case, the patient presented with a unilateral, rapidly enlarging, painful abdominal lump and severe anaemia although she did not have features of hypovolemic shock. Her haemoglobin levels did not improve despite blood transfusion leading us to suspect haemorrhage into the tumour.
The diagnostic modality of choice in a case of AML is Contrast Enhanced Computed Tomography (CECT) or MRI. The hallmark feature of AML on a non-contrast CT is the presence of fat (attenuation of less than or equal to -20 HU) [5, 6] . MRI with fat suppressed image is also helpful in characterizing a lesion as AML. Although AML can be diagnosed on CT, clinical dilemma occurs with liposarcoma and a fat containing RCC. However differentiation can still be done as a liposarcoma does not distort the renal parenchyma and a fat containing RCC may have calcifications, whereas in AML these features are almost never seen [6] .
The lesions can be classified as small (<4 cm), medium (4 -8 cm) and large (>8 cm) based on the single largest lesion in each kidney. Smaller lesions are asymptomatic and found incidentally whereas lesions greater than 8 cm are responsible for significant morbidity and usually require treatment [7] [8] [9] . Larger tumours are at a greater risk of spontaneous or traumatic rupture resulting in haemorrhagic complications [4, 10] .
In view of haemorrhage into the tumour and the low haematocrit of the patient, urgent intervention was required in our case. Although angioembolization is one of the available modalities to control haemorrhage, nephrectomy was done because the tumour had involved almost the entire renal parenchyma. The excised specimen weighed 1.6 kilograms which is one of the largest reported in the literature.
Conclusion
Although anaemia is a rare presentation of a renal angiomyolipoma, it should be considered as a differential in the patients who present with a tender renal mass associated with severe anemia. Active intervention should be done in these patients as an angiomyolipoma with bleeding can lead to severe complications, increasing the morbidity. The nature of the lesion can be confirmed on MR/ CT imaging and in cases of giant angiomyolipomata with intratumoral haemorrhage, nephrectomy is a good treatment option. However, if the bleeding tumour is localized to one of the poles, angioembolization may be considered as it has the advantage of sparing nephrons.
